A 39 year old man weighing 72 kg was admitted to hospital complaining of impaired vision in his left eye. He had broken a saw blade some hours before while working in his workshop. Although he could not recall any injury to his eye, examination revealed a metallic foreign body causing a central scotoma in the left eye.
rigid, V -shaped and deformed. Despite several attempts using straight and curved blade laryngoscopes it was impossible to lift the epiglottis forwards to expose the cords. The posterior extremity of the arytenoid cartilages was seen once. They were asymmetrical and deviated to the left.
Repeated unsuccessful attempts were made to blindly pass Magill tubes size 7.0 and 8.0 mm. In between attempts the patient was easily ventilated by mask and remained well oxygenated. No arrhythmias were noted on the ECG monitor and systolic blood pressure remained in the range 110-120 mmHg. After consultation with the ophthalmic surgeon the operation was deferred. Recovery from anaesthesia was uneventful.
The patient was rescheduled for removal of the foreign body from his eye one week later. Premedication was pethidine 75 mg and atropine 0.6 mg one hour pre-operatively. Available and tested were a full range of cuffed endotracheal tubes 6.0 mm-9.0 mm, introducing stylets, ventilating rigid bronchoscopes 6.5 mm and 8.5 mm diameter and light source, and a range of laryngoscopes. The patient was preoxygenated for five minutes and then given thiopentone 250 mg and suxamethonium 100 mg. He was easily ventilated with oxygen by mask.
Direct laryngoscopy was unsuccessful due to the rigidity and deformity of the laryngeal structures. Attempts to pass size 7.0 mm and 8.0 mm Magill endotracheal tubes failed. Blind nasal intubation was also unsuccessful. Between attempts at intubation the patient was ventilated with oxygen. Anaesthesia was maintained with incremental bolus doses of Anaesthesia and Intensive Care. Vol. X, No. I, February, 1982 thiopentone and muscle relaxation was maintained with increments of suxamethonium: in total, thiopentone 2.3 g and suxamethonium 200 mg was given.
After numerous unsuccessful attempts at intubation, the 8.5 mm diameter ventilating bronchoscope was used. The patient was postured with his head on two pillows. With some difficulty the vocal cords were identified and observed to be deformed, small and deviated to the left. The right vocal cord was irregular in its middle third. The bronchoscope was removed. Laryngoscopy was again performed and guided by the arytenoids and the mental picture gained at bronchoscopy, a 6.0 mm non-cuffed red rubber Magill tube was inserted. An introducer was not used.
The operation proceeded uneventfully. Anaesthesia was maintained with nitrous oxide, oxygen and supplemental halothane. Muscle relaxation was provided with alcuronium 12.5 mg after recovery from suxamethonium.
At the end of the procedure muscle relaxation was reversed with neostigmine 3.75 mg with atropine 1.8 mg. The patient suffered no untoward sequelae from anaesthesia.
The patient has been advised to wear a "Medicalert" bracelet signifying his classification as a high anaesthetic risk. DISCUSSION Pseudoxanthoma elasticum (also known as Groenblad-Strandberg syndrome) is an inherited disorder of elastic tissue which is transmitted as an autosomal recessive trait. Its prevalence has been estimated at between 1 in 200,000 and 1 in 50,000 adults, with females affected more frequently than males. The clinical manifestations of the condition are protean, with the skin, eyes and arteries most commonly involved. These usually first appear in the second or third decade and are progressive.
Skin changes characteristically occur in the axilla, the sides of the neck and the flexural areas. The skin has an aged appearance, becoming reticular and sometimes telangiectatic with characteristic yellow xanthoma-like papular and reticulated lesions, best seen when the skin is stretched. Mucosa may be involved in the mouth, vagina and rectum. On fundoscopy angioid streaks may be seen, usually bilaterally, which cross the fundus radially from the optic disc. These represent breaks in the elastic tissue of Bruch's membrane. The angioid streaks only limit vision if they involve the macula but retinal haemorrhage from damaged vessels and chorioretinitis may cause severe visual impairment.
The vascular lesions may present as internal haemorrhage. Gastrointestinal bleeding occurs in 10070 of patients. Haematuria is often seen. Hypertension is found in half the patients secondary to renal artery involvement. By 30 years of age, arterial calcification may be seen on x-ray together with diminished or absent peripheral pulses and intermittent claudication. These premature and advanced arterial changes lead to angina, arrhythmias and cerebrovascular occlusion and haemorrhage.
Involvement of the upper airway and larynx appears not to have been previously reported. The combination of skin and eye changes are found most often (60%), eye changes only are found in 30%, and skin changes only are found least frequently (10%). Nearly all patients have some cardiovascular abnormality.
It is postulated that the deformity and rigidity of the laryngeal structures was due to calcification and aggregation of the elastic fibres in the laryngeal ligaments and cartilage. Calcification and aggregation of elastic tissue is a histochemical characteristic of this condition.
The initial anaesthetic management of the case may be criticised in that suxamethonium was not used for intubation. However, a nondepolarising relaxant was used to prevent the rise in intraocular pressure caused by suxamethonium. The patient was adequately fasted for surgery.
That successful intubation only followed the use of a rigid bronchoscope by the anaesthetist illustrates the usefulness of the ability to perform bronchoscopy when confronted with a difficult intubation. It may be desirable for more emphasis to be placed on the teaching of bronchoscopy to anaesthetic trainees.
Incipient upper airway obstruction presented as an emergency in an 18-year-old male from Saudi Arabia who suffered from xeroderma pigmentosum. He had complained of a sore tongue for five months and was having difficulty eating. The tongue had become inflamed, swollen, infected and had some prominent telangiectasia. He had had an ulcerated haemangioma removed from the tongue four years previously. While in hospital, there was sudden swelling and protrusion of the tongue over a few hours, with necrosis and bleeding of the tip. Breathing remained satisfactory although he was using his accessory muscles of respiration. Complete upper airway obstruction was thought to be imminent.
It was decided to ensure continued patency of the airway by awake blind nasal intubation. This method was chosen for the following reasons: 1. it was not possible to slide a laryngoscope blade over the tongue or even to depress the tongue more than a few millimetres because of the extensive nature of the swelling and the tenderness of the tongue; 2. anaesthesia or sedation were considered to be poten.tially dangerous; complete upper airwa) obstruction may have occurred once the patient's voluntary muscle power was reduced, and it would have been difficult to maintain an airway by mask if he had been anaesthetised, because of the swollen tongue ( Figure 1 ); 3. sero-sanguinous discharge from the tongue would have made the supine position difficult, as the fluid running back into the pharynx could have been inhaled or caused laryngeal spasm; 4. tracheostomy under local anaesthesia was considered to be potentially dangerous without an endotracheal tube in place.
The patient did not speak English, but his cooperation and confidence were obtained through an interpreter. He was placed on the operating table in the sitting position. Both nostrils were sprayed with 10070 cocaine. 10 ml of viscous lignocaine (containing 20 mg/ml of anhydrous lignocaine hydrochloride in a flavoured base) were deposited into the oropharynx through a long blunt needle passed along either side of the tongue. A surgical team prepared for tracheostomy should the need arise, and infiltrated the neck with 10 ml of 1 % lignocaine. A 7.0 mm cuffed Portex
